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Abstract 

The case of a 45-year-old woman who was admitted to our university hospital for polymen- 
orrhea, weight gain and pain in the left iliac region is reported. An abdominal ultrasound 
revealed a 9.5 x 5.2-cm, hypoechoic and inhomogeneous mass located on the left side of the 
pelvis and behind the ovary. The patient underwent surgery. The pelvic mass was firmly 
anchored to the small intestine, colon, sigma and uterine fundus. After removing the 
adhesions, double ureters, which had been incorporated in the mass, were observed on the 
left side. Resection of the unilateral double ureters was necessary in order to remove the 
entire mass, and thereafter, a left salpingoophorectomy was performed. A histological 
examination showed a malignant retroperitoneal mass. Termino-terminal ureteral anastomo- 
sis with two double-J stents was carried out. Total hysterectomy with preservation of the 
right adenexum and regional lymphadenectomy was performed. The purpose of this case 
report is to discuss the physical and psychological implications related to the combination of 
two rare entities: leiomyosarcoma and a double ureter located within the mass. A literature 
review on the clinical management and psychological aspects from a female cancer patient's 
perspective undergoing surgery with the aforementioned disorders will be discussed. 
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Introduction 

Soft tissue retroperitoneal sarcoma (RPS) is an unusual entity. It accounts for 12-15% of 
all sarcomas and 0.2-0.5% of all tumors [1]. When the mass develops inside the retroperito- 
neal space, RPS has a propensity to remain asymptomatic for a long period and can 
consequently grow quite large before diagnosis. RPS, characterized by an increased size and 
inhomogeneity, is often suspicious for malignancy, and locoregional involvement is common. 
In addition, RPS is often associated with psychological and social problems such as anxiety, 
depression, distress, fear of recurrence, lack of social support/function, relationships as well 
as the impact on family and quality of life (QoL). 

The primary intervention for a soft tissue sarcoma is removal. Consequently, surgery is 
a main part of treatment whenever possible. The operation must be thorough and a suitable 
expertise is required. A good operation is the key to recovery. However, one must not forget 
the risk of metastasis. In many cases, for this reason, a polyspecialistic team is required. 

Case Presentation 

A 45 -year-old woman was admitted to our university hospital for polymenorrhea, 
weight gain and pain in the left iliac region. Before admission, a Pap smear and a diagnostic 
hysteroscopy were carried out; the former tested negative, while the latter showed simple 
endometrial hyperplasia. During the physical examination, the patient was in a good 
condition and without weight loss. An abdominal examination revealed a flat and painless 
abdomen, and no palpable mass was found. During the gynecological visit, the uterus was 
larger in size, while the right ovary and fallopian tube were within expected limits. On the 
left side, an orange-shaped mass was observed; it had irregular layers, was fixed and 
painless. An abdominal ultrasound revealed a hypoechoic, inhomogeneous, 9.5 x 5.2-cm 
mass on the left side of the pelvis and behind the ovary. Computed tomography (CT) was not 
performed due to the patient's allergy to the contact medium. An atypical ultrasound 
appearance addressed the probable malignancy of the mass. 

The patient underwent surgery. After opening the abdominal cavity, a free -fluid sample 
was taken, and the cytological result tested positive for malignant cells. The pelvic mass was 
firmly anchored to the small intestine, colon, sigma and uterine body (fig. 1). After removing 
the adhesions, double ureters were observed, which had been incorporated in the mass. The 
resection of the unilateral double ureters was necessary in order to remove the entire mass, 
after which the left ovary and tube were removed. 

A histological examination showed a malignant retroperitoneal mass with clear nuclear 
polymorphism, whereas the right ovary and tube were unaffected. Anti-reflux termino- 
terminal ureteral anastomosis with two double-J stents was carried out (fig. 2). Total 
hysterectomy with preservation of the right adenexum and regional lymphadenectomy was 
performed. The postoperative recovery was uneventful, and after 7 days, the patient was 
discharged. The final histological results led to the diagnosis of a moderately differentiated 
retroperitoneal leiomyosarcoma. Radiotherapy completed the therapeutic management. 
After 1 year, the patient is healthy, and instrumental investigations are negative for 
recurrence. 
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Discussion 



RPS usually appears during the sixth decade of life. It typically exhibits few symptoms 
until it becomes large enough to compress or invade the surrounding structures. Patients 
may suffer from early satiety, obstructive gastrointestinal symptoms, pain or lower 
extremity swelling. The tumoral mass is usually discovered on physical examination when it 
is large and locally advanced. [1] The majority of such tumors have a low or medium grade of 
differentiation. Liposarcoma, leiomyosarcoma and malignant fibrous histiocytoma are the 
most common entities. Usually, leiomyosarcoma originates from the wall of the great vessels 
or from the female genital tract; it rarely originates from extragenital sites. In order to 
diagnose retroperitoneal leiomyosarcoma, a physical examination, laboratory studies and 
instrumental investigations must be carried out. However, for a definitive diagnosis, a 
histological result is mandatory. Laboratory studies should include the measurement of 
lactate dehydrogenase (an elevated level may be suggestive of lymphoma) and alpha- 
fetoprotein and beta-human chorionic gonodotropins (elevated concentrations are 
associated with germ cell tumors). An ultrasound, CT or magnetic resonance imaging scan of 
the entire abdomen and pelvis usually provide a satisfactory image of the primary mass [2]. 
Additionally recommended staging evaluations to detect metastatic disease depend on the 
histological grade of the lesion. Patients with known high-grade RPS should undergo a chest 
CT to detect lung metastases, whereas those with low-grade RPS can be satisfactorily 
evaluated by chest radiography [3]. According to the Memorial Sloan-Kettering Cancer 
Center guidelines, RPS is considered unresectable when vascular structures (e.g. aorta, vena 
cava and/or iliac vessels) are involved or when peritoneal implants, distant metastases and 
extensive disease are present. Likewise, the involvement of the mesenteric root and spinal 
cord are considered unresectable as well. Surgical removal with microscopically negative 
margins (R0) is the standard treatment for patients with localized, potentially resectable 
RPS. However, the large size and inability to remove the entire mass are reasons for RPS 
recurrence [4]. Radical surgical deletion often requires a resection of adjacent organs, as in 
our case. High recurrence rates after surgery have encouraged investigators to develop 
combined modality treatment approaches for patients with a high grade of invasion. 
However, due to the shortage of prospective randomized controlled trials, the usefulness of 
radiotherapy and chemotherapy is not well known. According to the severity of the lesion, 
therapy may be delivered preoperatively, intraoperatively or postoperatively. For our 
patient, surgery and postoperative prophylactic radiotherapy were performed to reduce the 
risk of recurrence. 

QoL and psychological implications in women with urogynecological problems (e.g. 
urinary incontinence, sexually transmitted diseases) undergoing surgery have been 
examined in several research studies [5, 6]. In general, QoL for survivors of cancer appeared 
to be good, but a relatively large minority experienced depression, anxiety, distress or fear 
associated with recurrence or follow-up, particularly those who were younger, had more 
advanced disease with more severe physical symptoms and reduced social and economic 
resources. Based on the situation, the modified concept of the 'sick person' [7] is considered 
in a different way than the simple concept of 'person', causing a sort of dehumanization of 
the patient. As a result, these patients experience a lack of social functioning and a low QoL. 
Only a few psychosocial studies are available on quite young adults such as the case of the 
45-year-old female patient reported here. Lifespan theories on human development suggest 
that the types of cancer-related negative consequences and the relevance recognized by such 
disruptions may vary according to the different stages of life. Young adults have future- 
oriented goals such as career planning, identity development, constructing stable relation- 
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ships and families. Thus, they may experience greater disruptions in life as a result of their 
cancer. Prematurely confronting mortality can indeed produce significant distress in young 
individuals, as their goals in life might remain unfulfilled. Psychosocial factors for reducing 
emotional distress can be divided into internal (e.g. coping strategies, optimism, positive 
emotion) and external (e.g. environmental) factors. Among the internal factors, resilience 
has been reported to play a role in developing protective individual strategies in the 
adaptation to cancer. Resilience has been defined as the dynamic capacity to cope with 
adversities in life such as cancer. A number of psychological interventions, including 
cognitive behavioral therapy, acceptance and commitment therapy, and lifestyle modifica- 
tion may increase psychological resilience in the general population as well as in individuals 
with medical diseases. Among the external factors aimed at reducing emotional distress, 
social support has been broadly studied and is well known to help cancer patients cope with 
stress [8]. Nevertheless, some studies suggest that giving and receiving emotional support 
has positive effects on the emotional well-being of patients with a high competence in 
emotional communication, while the same social support can have a negative impact on the 
emotional well-being of those with a low competence in emotional communication. Thus, 
emotional dysfunctions (e.g. alexithymia) must be properly assessed and taken into 
consideration for the psychological treatment and management of cancer patients [9, 10]. 
Finally, attachment styles may be important factors affecting QoL [11, 12]. 

The clinical case reported here is interesting for several reasons: (1) the rarity of RPS 
and the ambiguousness of diagnosis, (2) the ureteral implication, (3) the risk of kidney 
damage, (4) the psychological consequences, and (5) the combined treatment modalities. 

Diagnosing sarcoma is not easy, and differentiating between myoma and sarcoma is 
sometimes challenging, especially when the sarcoma is not particularly large. Ureteral 
involvement may cause renal damage preoperatively, and the risk of either postoperative 
fistula or hydronephrosis must be considered, as in other dangerous obstetrical and 
gynecological diseases. 

Psychological consequences may arise for many reasons: fear of malignant illness, hor- 
monal privation and loss of the uterus. When a hysterectomy is carried out, a suitable 
support of the vaginal apex is compulsory to avoid apical compartment alterations and 
urinary symptoms following hysterectomy. Consequently, QoL could be altered. 

Finally, combined treatment modalities and complete management of the disease can 
give the patient a better prognosis and an increased chance of survival. An unusual but 
successful case of soft tissue leiomyosarcoma involving unilateral double ureters such as the 
one presented herein has not been published previously in the literature. 
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Fig. 1. Removal of the mass during surgery. 




Fig. 2. Ureteral segment involved during mass removal (left side); ureteral anastomosis and two double-J 
insertions (right side). 
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